White sponge naevus occurred in association with coloboma of the iris in six members of one family, across three generations. The association of these two dominantly inherited conditions has not to our knowledge previously been described.
There are several previous reports of an association between coloboma of the eye and other developmental abnormalities. ' Colobomas are usually inherited as an autosomal dominant characteristic.
White sponge naevus was first described by Cannon in 1935,5 but has a number of other names including hereditary leucokeratosis6 and white folded gingivostomatitis. 7 The condition is also inherited as an autosomal dominant characteristic, but has not to our knowledge been described in association with ocular coloboma.
We report a family pedigree in which there is an association between white sponge naevus and iris coloboma; it confirms previous reports that both these congenital abnormalities are inherited in an autosomal dominant manner.
Case reports CASE 1 A boy aged 3 years (IV.6 in fig 1) was referred to the department of dermatology at this hospital because of sparse hair. When seen in the clinic, his hair was noted to be sparse, but the discrete areas of hair loss described by his mother were not seen. He had bilateral inferomedial colobomas of the iris (fig 2) . Exmintion of his mouth showed a creamy white folded hyperkeratosis particularly affecting the buccal mucosa, but also the tongue, and pharynx. He to that of her son. Despite persistently negative swabs, she was treated on several occasions with anticandida preparations, but with no success. She had no oral symptoms. Vaginal and rectal mucosa were unaffected. Slit lamp examination and indirect ophthalmoscopy with a dilated iris showed a normal lens and retina. A biopsy specimen of the oral mucosa showed an acanthotic epithelium with intracelluar oedema and some vacuolation in the outer half. Maturation and stratification were normal, and there was no dyskeratosis. There was a light superficial dermal lymphocyte infiltrate (fig 4) .
A family history was obtained from case 2, who was aware that her paternal grandmother had the same oral abnormality. The ocular abnormalities were present in her father's right eye. He was also examined and found to have coloboma limited to the iris and oral findings identical to those of his daughter. Subsequently a number of visits to various members of the family have enabled the construction of a reasonably complete family tree (fig 1) .
In generation II, all five siblings have oral lesions and one out of five has ocular coloboma. In generation III, six out of seven siblings have oral lesions and four out of seven have iris coloboma. Every member of the family with iris coloboma also has white sponge naevus, although some members with white sponge naevus do not have iris coloboma. In the seven children so far born in generation IV, four have white sponge naevus and one of these four (the index case) also has bilateral iris colobomas. Three children in generation IV have died in infancy, one of agenesis of the left heart, one Figuwe Involvement of the rectal or vaginal mucosa, or both, has been reported in white sponge naevus,9 although the irregularity with which this is reported makes it unclear whether the involvement of mucosa other than that in the mouth represents variable expressivity of one genodermatosis, or represents a different genetic entity.10 Rectal or vaginal mucosal involvement is not a feature of this family.
Colobomas of the eyes result from the failure of the optic vesicle to close during the seventh or eighth week of fetal life, and may therefore affect any or all of the neuroectodermal structures derived from the optic vesicle-the iris, the ciliary body, choroid, optic disc, or optic nerve. They have been described in association with a variety of neuroectodermal syndromes, perhaps the best known of which is the Biemond syndrome II, comprising pituitary dwarfism associated with mental retardation, obesity, hypogonadism, postaxial polydactyly, and colobomas. Recently attention has been focused on the CHARGE association of colobomas, heart disease, atresia choanae, retarded growth, genital hypoplasia, and ear abnormalities. Iris colobomas have not to our knowledge been described in association with white sponge naevus, but the extent of the association in the family reported here serves to establish it as a real association.
The coexistence of white sponge naevus and iris coloboma in this family and the fact that all family members with either unilateral or bilateral iris coloboma also have white sponge naevus suggest that it is a single gene autosomal dominant disorder. If this were the case white sponge naevus would be expressed in all gene carriers, whereas iris coloboma would show variable expression.
Alternatively there could be two linked genes which have become separated by recombination in those family members who have white sponge naevus but not iris coloboma, but remain linked in those family members who show both characteristics. This seems less likely for several reasons. If iris coloboma resulted from a single dominant gene, one would expect it to be an isolated finding in some family members. As 10 of 19 family members have white sponge naevus without iris coloboma, the recombination rate of the -proposed two genes would be roughly 50%; this is not consistent with the genes being in close linkage.
None the less it is of interest that iris coloboma has not been described in the same patient as white sponge naevus before this family. The condition is visible, and white sponge naevus is unlikely to be missed at regular school dental examinations.
It is intriguing that the ocular coloboma in all the affected members of this family affects the iris only, as any part of the eye derived from the optic vesicle may theoretically be affected. This implies that the embryological development of the iris may be genetically separate from that of the rest of the chorioretinal tract.
The fact that three boys in generation IV have congenital heart disease and that inguinal hernia has occurred in infancy in at least five out of eight male infants suggest that a search among families with white sponge naevus or iris coloboma, or both, should be undertaken to find out if this apparent association is more than coincidence.
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